Background and Objectives：Primary (idiopathic) pulmonary hypertension is a rare, progressive and fatal disease. It has been defined, by the World Health Organization, as a mean pulmonary arterial pressure greater than 25 mmHg at rest, or greater than 30 mmHg during exercise, without the apparent cause of secondary pulmonary hypertension. This study was performed to better understanding the clinical presentation, natural history and prognosis of primary pulmonary hypertension. Subjects and Methods：A total of 18 patients, who were diagnosed as primary pulmonary hypertension, at three University Hospitals, were retrospectively reviewed. All patients had undergone echocardiography and cardiac catheterization. Results：With the patients there was a male： female ratio of 1：8, ranging in age between 10 and 50 years. The most common presenting symptom was dyspnea on exertion, with other symptoms comprising of fatigue in 11, chest pain in 5, syncope in 3 and hemoptysis in 2. The ECG & echocardiography reflected the presence of right-sided heart enlargement. The average right ventricular systolic pressure, from Doppler echocardiography, was 73.6±18.8 mmHg. The mean pulmonary artery pressure and pulmonary capillary wedge pressure were 52.9±18.4 and 9.2±3.1 mmHg, respectively. The survival times were within 30 and 21 to 60 months in 9 and the remaining patients, respectively. Conclusion： We conclude that primary pulmonary hypertension is common in female patients in their third to fifth decades. This study also showed a poor prognosis, as in other reports. (Korean Circulation J 2003 ; 33 (6) : 507-512) KEY WORDS：Pulmonary hypertension；Primary. 서 론 일차성 폐동맥 고혈압은 그 원인이 잘 알려지지 않은 드문 질환으로, 진행적이고 지속적으로 폐동맥압이 상승 하며 폐의 작은 혈관들에 독특한 병리학적 변화를 보이 는 질환이다. 남자보다는 여자에게서 흔하며 인생의 황 논문접수일：2003년 4월 23일 심사완료일：2003년 5월 12일 교신저자：김동수, 614-735 부산광역시 부산진구 개금동 633-165 인제대학교 의과대학 부산백병원 순환기내과학교실 전화：(051) 890-6039·전송：(051) 898-4075·E-mail：dongskim@ijnc.inje.ac.kr
는 3명에서 관찰되었다( 
